activated partial thromboplastin time was prolonged at 79 s (normal, 30-45), suggesting a problem in the intrinsic pathway. Assays for factor VIII and IX were performed. 2 The assay for factor VIII showed a markedly reduced level at 0.02 iu/L (normal, 0.5-2.0) Mixing assays showed only a minimal correction upon the addition of normal plasma, suggesting the presence of an inhibitor of factor VIII, quantitated at 15 Bethesda units.
A diagnosis of acquired factor VIII deficiency was made, presumed to be associated with her pre-existing autoimmune vasculitis. She was transfused and was given recombinant factor VII (90g/kg, 3 doses). 3 Her arms were elevated and compressed. Her immunosuppression was increased. She made a gradual recovery and was discharged after 21 days.
DISCUSSION
Acquired factor VIII deficiency is an unusual condition affecting about 0.5 people/million/year. 4 As in this case, it typically occurs in the context of autoimmune disease. It commonly presents with bleeding from deep within the limbs, as here. It is typically caused by an IgG autoantibody to factor VIII. The standard coagulation tests point to a defect in the intrinsic pathway. Mixing tests combining normal plasma with patient plasma are simple and useful investigations which can confirm the presence of an inhibitor of factor VIII rather than a deficiency. In simple deficiency of factor VIII, the addition of normal plasma corrects the clotting abnormality, but if an inhibitor is present then there can be enough inhibitory antibody to neutralize all added factor VIII.
Urticarial vasculitis has not previously been associated with acquired factor VIII deficiency. Its characteristic feature is urticarial patches which last more than 24 hours, and are associated with an itchy, burning sensation. There can be renal or pulmonary involvement, and arthralgia or angioedema. The deep nature of the bruising that typifies this condition led to the early signs of calf swelling and tenderness that were consistent with DVT. The fact remains that heparin must have aggravated the bleeding tendency, leading to severe anaemia requiring transfusion.
How could this have been avoided? The most important test that could have been done here was an ultrasound scan of the lower limb, which might have shown both a fluid collection incompatible with a diagnosis of DVT and, using Doppler, positive flow in the femoral vein. It can cogently be argued that emergency physicians should be trained in the use of ultrasonography. 5 Casualty ultrasonography could be very useful in multiple other (less unusual) situations, including acute renal failure, suspected septic arthritis, suspected tamponade, pleural effusion, the acute abdomen and pyelonephritis.
